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We report a patient with coeliac disease, who presented as an acute abdominal emergency with a jejunal perforation at the site of a primary adenocarcinoma of the small intestine. Perforation has not previously been reported in this rare complication of coeliac disease.
Case report
A 63-year-old man presented with a 5-hour history of central abdominal colic of increasing severity. Immediately prior to his admission the pain had become constant and generalized and he had vomited once. During the preceding 3 months he had experienced occasional attacks of less severe abdominal colic. The only significant past medical history was the diagnosis of coeliac disease in 1968, fifteen years earlier. This diagnosis was made on clinical grounds and confirmed by a jejunal biopsy (marked mucosal, flattening and an increase in intraepithelial lymphocytes and plasma cells). The patient had since remained well on a gluten-free diet.
On examination he was a thin, pale, anxious man, with a pulse rate of 92/min and a blood pressure Qf 150/100 mmHg. The upper abdomen was tender with guarding and rebound tendemess. Bowel sounds were normal. His haemoglobin was 12.6 g/dl and the white cell count 7.9 x 109/1. Serum urea, electrolytes and amylase estimations were within normal limits. A plain abdominal X-ray, however, showed gas under the right side of the diaphragm.
An emergency laparotomy was therefore performed and free fluid was found in the peritoneal cavity leaking from a perforation in a constricted segment of the mid-jejunum. The other abdominal viscera appeared normal. A 20 cm segment of small bowel incorporating the stricture was resected and an end-to-end anastomosis performed. The patient made an uneventful recovery and was discharged home on the seventh postoperative day. He remains well one year after operation.
Histological examination of the specimen showed a moderately well differentiated adenocarcinoma invading the muscularis but not penetrating to the serosa except in the area of the perforation ( Figure  1 ). The resection lines were free from neoplastic involvement and the mucosal surface was histologically normal at these points. The muscularis proximal to the tumour showed hypertrophic changes. There was no evidence of lymph node metastasis.
Discussion
The small intestine is rarely the site of neoplasia, accounting for only 1% of all gastrointestinal tumours. Adenocarcinoma constitutes one-third of The Royal Society of Medicine these, malignant lymphoma most of the remainder. An increased incidence of malignancy has been observed in patients with coeliac disease compared with the general population'. The commonest lesion described is again lymphoma, usually of the histiocytic type. Oesophageal, pharyngeal and small intestinal carcinomas are also more common than might be expected2.
To date, only 19 cases of jejunal carcinoma complicating coeliac disease have been reported in the literature2"3. This is surprising, for the mucosa of the upper small bowel is so severely abnormal in untreated patients and, indeed, may have the histological features of premalignancy. Many theories have been advanced to explain the rarity of carcinoma at this site in comparison to the rest of the gastrointestinal tract. Lowenfels4 suggested that because of the fluid nature of the small intestine content and its rapid transit time, the mucosa may be less exposed to carcinogens. Colman' suggested that the relative sterility of this part of the bowel and the protective immunological mechanisms are important. The epithelial cells rapidly turn over and it may well be that malignant cells are eliminated before they become established.
Coeliac patients who relapse whilst on a glutenfree diet usually do so because of dietary indiscretion. A relapse may, however, be precipitated by the development of malignancy. Early diagnosis of neoplasia is not assisted by the rather nonspecific nature of the initial symptoms, which include anorexia, weight loss, diarrhoea and vomiting, and so by the time of diagnosis the malignant process may be widespread.
The features observed at presentation in the previously described cases include anaemia, often associated with occult gastrointestinal blood loss, intestinal obstruction and less commonly an abdominal mass3. The present case is, we believe, the first described to have presented as a perforation.
Coeliac patients who deteriorate for no apparent reason while on a gluten-free diet need careful assessment. The findings of anaemia, gastrointestinal blood loss and a palpable abdominal mass may point to the development of an underlying tumour. Confirmation of the diagnosis will be assisted by a small-bowel barium study. Early diagnosis and appropriate surgical treatment may allow prolonged survival if metastasis has not occurred.
